During the first few months after birth, there were some feeding problems because of sucking and swallowing difficulties and nasal regurgitation, which improved gradually. Discussion Nager acrofacial dysostosis is a variant of mandibulofacial dysostosis, characterised mainly by severe micrognathia, malar hypoplasia, and radial limb defects. l-4 Preaxial limb anomalies manifest as hypoplastic or absent thumbs and radial aplasia; radioulnar synostosis and other radial ray anomalies may also be found. Additional features which have been described include absent eyelashes and coloboma of the lower lids, a high nasal brid e, hypoplastic maxilla, genitourinary anomalies,4 and thumb duplication.8 Conductive hearing defects are common and stenotic external ear canals have been observed in all patients.9 Middle ear anomalies have been described, such as absent incus with fused ossicles.2 Several syndromes with orofacial anomalies with or without limb defects, and which have some resemblance to Nager acrofacial dysostosis, have recently been reviewed by Halal et al. 4 Even though there may be varying degrees of severity of the spectrum of the syndrome within a given sibship, Nager acrofacial dysostosis is a distinct entity and a well defined syndrome. Other syndromes which 'resemble' Nager acrofacial dysostosis may represent different types of craniofacial maldevelopment.7 i) 11
Most cases of Nager acrofacial dysostosis are sporadic but autosomal recessive inheritance was postulated in three previous families. 1 6 7 The recognition of this syndrome as a distinct entity has important implications for genetic counselling. It has been confused with mandibulofacial dysostosis which is inherited as an autosomal dominant trait. Therefore, caution is advised in the diagnosis after the birth of a child with craniofacial malformations suggestive of mandibulofacial dysostosis, and efforts should be made to arrive at an exact diagnosis before genetic counselling is offered.
The overall prognosis of Nager acrofacial dysostosis is good, but obviously a multidisciplinary approach is necessary for the handling of the diverse problems of these children. Early hearing aids are important to ensure normal hearing and speech development. Surgical intervention to correct the marked micrognathia and cosmetic corrections as indicated have to be planned with a long term follow up, together with appropriate stimulation and physical therapy. This multidisciplinary approach will help provide the best opportunities for optimal psychomotor development of these children. 
